SUMMARY A patient with a functioning intrapericardial paraganglioma (pheochromocytoma) that was located at the root of the aorta overlying the right coronary artery and adherent to the right ventricular wall is reported. The tumour was successfully removed under total cardiopulmonary bypass without inducing cardiac arrest.
Since 1974 when Besterman et al reported an intrapericardial pheochromocytoma,l other cases have been reported. 2 -10 In most reported cases' 6 the tumour seemed to be related to the left atrial wall. We report a case in which the pheochromocytoma was located at the root of the aorta.
Case report About 10 years before presentation this 49 year old woman had first noted palpitation, headache, and weakness in her feet. Appendectomy (at age 19) and two pregnancies and deliveries ( nmol/l (2-04 ng/ml) when the patient was recumbent (normal < 2-4 nmol/l (0 40 ng/ml). We suspected that she had a pheochromocytoma.
Because the site of the tumour was not known she was treated with labetalol (400mg per day). On To our knowledge, a pheochromocytoma arising from the root of the aorta, overlying the right coronary artery, and adherent to the right ventricular wall has not been described before. A tumour at this site is likely to have arisen from chromaffin cells of the paraganglia in the ventral connective tissues between the descending aorta and the pulmonary trunk. This paraganglion is called the coronary paraganglion and receives its blood supply from the left coronary artery in adults.'3 Boyd has pointed out that in the fetus the coronary paraganglion receives an additional blood supply from the right coronary artery. 4 The fact that the tumour in our patient was mainly supplied from the right coronary artery suggests that this artery may supply the coronary paraganglia in adults as well. Angiography showed that the upper part of the tumour was supplied from the left internal mammary artery. Because there may be anastomoses between the coronary arteries and the internal mammary artery,'5 it is not impossible that a branch of the internal mammary artery supplied the region in which the tumour was found. We therefore propose that there is another blood supply to the coronary paraganglion in adults.
131I-metaiodobenzylguanidine scintigraphy was most helpful in determining the site of the pheochromocytoma in this case. Computed tomography of the chest was useful in determining the anatomical connections with the intrathoracic organs. 131I-metaiodobenzylguanidine is an appropriate agent for the search for extra-adrenal pheochromocytomas.
Microscopy showed that the tumour was firmly attached to the myocardium though no infiltration was noted. Removal of tumours from this site requires resection of a part of the right ventricular wall. The tumour was completely removed under cardiopulmonary bypass without any functional damage to the right coronary artery. Induction of cardiac arrest was not needed because there was no arrhythmia; thus the right ventricular wall could be reconstructed without any difficulty.
